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Case Presentation
A man in his 50s presented with multiple pigmented macules of the lips, palate, and fingers. Over the course of one year, the patient noted the gradual onset and progression in the number of lesions and degree of pigmentation. The lesions were asymptomatic and the patient felt otherwise well. The one to conclude that the patient has LHS. Gain-of-function mutations in the Kit oncogene, encoding c-Kit, are associated with chronic myeloid leukemia and gastrointestinal stromal tumor (GIST) development [10] .
Interestingly, there are reported cases of germline mutation of c-Kit demonstrated in a patient with numerous lentigines and GISTs [10] . It is possible that the gain-of-function mutation of c-Kit pathway may activate the downstream pathways and promote proliferation of melanocytes, leading to the melano-oral mucosa and acral skin may be present at birth or appear in early life, in contrast to the lesions in LHS, which usually occur in adulthood. Unlike LHS, lesions of PJS typically do not involve the tongue, palate, or fingernails. Lastly, PJS is associated with hamartomatous polyps of the gastrointestinal tract, whereas LHS is not [3] .
Although rare, Bandler syndrome presents as hyperpigmented macules on the hands, nails, and oral mucosa and is associated with intestinal vascular malformation developing in infancy [3] . LAMB syndrome is characterized by pigmentation of the skin mucosa, atrial and mucocutaneous melanomas, and multiple blue nevi [2] . LEOPARD syndrome is manifested by numerous lentigines, electrocardiographic abnormalities, occasional hypertelorism, pulmonic stenosis, abnormalities of genitalia, retardation of growth, and deafness [2] .
Given that our patient's pigmented macules of the lips and oral mucosa appeared late in life, in the absence of other somatic abnormalities and without a relevant family history of findings typical of PJS, our diagnosis was most consistent with LHS. In conclusion, LHS is an important consideration with a patient presenting with otherwise asymptomatic mucosal and acral hyperpigmentation. Despite the low prevalence of the LHS, the prompt clinical recognition avoids the need for excessive and invasive procedures and workup.
